INTRODUCTION
One of the hardest tasks facing the student of ataxic disorders is the problem of where to classify individual cases, seemingly always presenting with a slightly different picture to the previous one. This problem has haunted all neurologists and geneticists since the first attempts of Bell and Carmichael (1939) and has resulted in many proposals over the years, none of which have proved to be entirely satisfactory (Sjogren, 1943; Greenfield, 1954; Schwarz, 1952 Schwarz, , 1956 Konigsmark and Weiner, 1970) . Over the last 6 years we have been able to examine clinically more than 300 patients with inherited ataxic disorders, and have constantly faced this problem. Tentative classifications were elaborated, but soon dropped when a new group defied characterization. The difficulties were worse in ataxic families presenting with autosomal recessive inheritance. We therefore decided to study this problem and to try to elaborate a classification of recessively inherited ataxic disorders which could be used by any physician in his office asking only very simple questions and carrying out only a standard neurological examination. We present this classification only for discussion and suggestions, and not as a definitive work.
METHODOLOGY
The first questions to be asked are: Is this case hereditary or non hereditary? If hereditary, is the pattern sex-linked recessive, autosomal dominant or autosomal recessive? For the purposes of the present paper we will consider only the latter presentation, ie autosomal recessive inheritance. As seen in Table 1 , three possibilities can then be faced: the ataxic disorder is non progressive, intermittent or progressive, facts which can easily be elicited from the history. In each category the next question is: what is the state of deep tendon reflexes? To standardize things, and because it is the most reproducible and best known reflex, we have chosen the knee jerk as our basic criterion. The knee jerk can be hyper or normo-active or it can be clearly hypoactive (or even inactive). This simple test already permits a delineation of most clinical syndromes encountered.
The next step in our classification process is to enquire from the patient, or preferably from the family, as to the actual age of onset of the very first abnormal symptom. Again three possibilities exist: early onset (from 0 to 2 years); onset in childhood or adolescence (from age 2 to 20) and adult onset (after age 21). These broad categories have been chosen to conform as much as possible with the classically defined lines between infants, children and adults. As seen in Table 1 , this process defines 6 types of progressive recessively inherited ataxias, all easily classifiable by any clinician.
Unfortunately, patients do not present with pure clinical tableaux. The principal symptom guiding our selection was ataxia, ie incoordination of gait and limbs. The presence of some mental retardation is so common in many of the ataxic disorders, particularly at both ends of the age spectrum, that it cannot be used as a discriminating factor. However other symptoms can. As noted by Franceschetti et al (1963) , optic atrophy, retinal and eight nerve changes are frequently seen in the ataxias. This usually signals the presence of a more widespread disorder, or of a fairly advanced stage of the disease. It can equally be used to further discriminate between many of the entities previously delineated. We therefore decided to add THE CANADIAN JOURNAL OF NEUROLOGICAL SCIENCES To further characterize the individual entities, names must sometimes be used. Until a definitive biochemical marker can be given to each disease, the use of eponymic identification must be tolerated because it is within our customs. Moreover, since many disorders tend to occur in high concentration in defined geographic isolates, we have found it convenient to use regional identification [ie Charlevoix-Saguenay syndrome; Acadian type of ataxia etc.) It should be emphasized, however, that these designations are only temporary, destined to be replaced by proper identification of the biochemical or enzymatic defect. For example Refsum's disease should be called "Phytanic acid storage disease".
Using these criteria, we searched the literature and examined our few hundred patients to elaborate the following classification, which we present as a working document without any further justification. We solicit comments and discussion from the eventual readers . . . and users. RESULTS The classification is presented in detail in Table 2 .
